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Inclusion Body Myositis
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Inclusion body myositis
• Degeneration?

– Vacuoles contain 
abnormally folded 
proteins

– Some patients who 
look like they have 
sIBM have genetic 
mutations (e.g., VCP 
mutations)

– No response to 
immunosuppression 

• Autoimmune?
– Very aggressive 

inflammatory cells 
(CD57+ T cells) 
identified in blood and 
muscle

– Autoantibodies 
identified



Approaches to treat IBM
• Prevent/improve abnormal protein folding and 

accumulation (as seen in rimmed vacuoles)
– E.g., arimoclomol

• Immune suppression
– Traditional drugs
– Drugs designed to target the autoaggressive T cells in 

IBM
• Make existing muscle stronger

– E.g., Bimagrumab
– Exercise

• Combination therapy


